INTRODUCTION
Neurofibromatosis type 1 (NF-1) is a genetically inherited disorder that may cause skin abnormalities and tumors that form on nerve tissues. These tumors can be small or large and can occur anywhere in the body, including the brain, spinal cord, or other peripheral nerves.
Retroperitoneal lymphangiomas are very rare, benign malformations of the lymphatic system [1] . About 95% of lymphangiomas occur in the skin and the subcutaneous tissues of the head, neck and axillary region and the remaining 5% appear in other parts of the body such as lungs, pleura, pericardium, liver, gallbladder, kidney, and the mesentery [2] .
Herein, we report the case of a giant retroperitoneal lymphangioma in a patient with NF-1 with a review of the literature.
CASE REPORT
A 59-year-old woman presented with a large, slowgrowing mobile mass along with abdominal distension.
She was diagnosed as NF-1 and hypertension five years ago.
Physical examination revealed freckling in the axilla We suspected a benign giant retroperitoneal cyst and planned a percutaneous drainage because of its proximity to major blood vessels and other organs. The drainage color of lymphorrhea was reddish and not chylous.
The cytologic analysis revealed mostly red blood cells with a few lymphocytes and macrophages. The adenosine deaminase level was 12 and acid-fast bacteria stain findings were negative. The fresh blood-like drainage without clot formation was continued thereafter.
After two days, the patient complained of palpitation and dizziness. The level of Hb dropped to 9 mg/dL and hy- On gross examination, the retroperitoneal mass revealed a well-defined grayish-tan multilocular cystic mass. On cut section, there was a large central cystic space, measuring 6.0 cm in maximum diameter and the inner surface was trabeculated (Fig. 2) . The histology showed anastomosing blood vessels and proliferation of mature fat tissue, and smooth muscle with focal bony ossification, displaying a benign vascular tumor (Fig. 3) . The central Beyond all things, it is important to distinguish intra-abdominal lymphangioma from cystic forms of malignancy.
Lymphangioma is characterized by stromal aggregates of lymphocytes, an endothelial lining that usually stains positively with factor VIII-related antigen or CD31, and that is often surrounded by a layer of smooth muscle tissue [8] . In this case report, the appearance of retroperitoneal lymphangioma at the abdominal CT scanning and distinctive pathologic findings are illustrated.
Some authors recommended conservative management in asymptomatic patients, based on a 10% spontaneous regression rate [8] .
Although lymphangioma is a benign neoplasm, a larger or symptomatic lymphangioma is treated with resection to prevent recurrence, infection, torsion, rupture and enlargement. Surgery is often required for symptom control or diagnosis.
The definitive treatment of lymphangioma is complete surgical excision. Retroperitoneal cysts are technically more difficult to excise completely because of their proximity to major blood vessels and other organs. Retroperitoneal cysts are often incompletely excised and require thesurgery.or.kr multiple operations. For the most part, it should be noted that the 10% postoperative recurrence rate is due to incomplete resection as evinced by positive microscopic resection margins [9] .
Aspiration and injection of sclerosing agents such as alcohol and polidocanol into lymphangioma may be recommended in nonsurgical candidates for emergency decompression [10] .
In this case, a 12 cm-sized giant retroperitoneal lymphangioma and left renal cyst were surgically removed without any complication. Our case may be the first reported case of lymphangioma in a patient of NF-1.
From this case and literature, we can conclude that an accurate preoperative diagnosis of retroperitoneal lymphangioma in a patient with NF-1 is highly exceptional.
Mass resection should be performed whenever possible.
To prevent recurrence, complete excision of the retroperitoneal cystic lymphangioma is mandatory.
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